SUMMARY Three deaths from dissection of the aorta in a series of 157 adult women with Turner's syndrome are reported. These are greatly in excess of the numbers expected. None of the three patients had a coarctation of the aorta. One had aortic regurgitation but there was no reason to believe that the aorta in the other two patients had been subjected to unusual haemodynamic stresses. Cystic medial necrosis of the aorta was described in two patients on whom necropsies were carried out. It is concluded that there is probably a greatly increased risk of dissection of the aorta in Turner's syndrome even in the absence of any other abnormality of the aorta and aortic valve. Previously reported cases of aortic dissection in Turner's syndrome are discussed.
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Dissection of the aorta is not a widely recognised complication of Turner's syndrome (TS), although it has been reported in at least seven patients. '-7 In all but two of these 4 7 there was an associated coarctation of the aorta. In this paper we describe three TS patients who died from dissection of the aorta but who had no evidence of coarctation. 10 and 20% of cells, while lacking a medium sized chromosome, had a small ring chromosome. It was not possible to decide whether the ring was derived from X or Y chromosome material. Hormone replacement therapy was not instituted. She subsequently remained well but was found dead in bed at the age of 30 years. Following a necropsy and a coroner's inquest death was attributed to a haemopericardium, owing to a dissecting aneurysm of the aorta, due to Erdheim's medial necrosis.
Discussion
The mortality each year from dissection of the aorta among Scottish women aged 15 to 55 years is of the order of 1 to 2 per 100 000. It is very improbable, therefore, that three deaths from dissection of the aorta among 157 women with TS in this age group have occurred by chance. Also there are at least seven previously reported cases. It is true that five of these had an associated coarctation of the aorta, an anomaly that is not uncommon in TS and one that is not infrequently complicated by dissection.8 However, only three of these had a haemodynamically significant coarctation2-4 and none of the three women described in this paper had any evidence of coarctation. Dissection of the aorta appears, therefore, to be a particular hazard for TS patients and although the risk is probably accentuated by coarctation it is greatly increased even when the aorta appears normal beforehand. The immediate cause of dissection of the aorta in young people is often cystic medial necrosis.9 This histological appearance has been described in at least four of the previously reported cases1 3-5 and in two of the patients described in this paper. Cystic medial necrosis may also be associated with the condition of bicuspid aortic valve which was noted in three of the reported TS cases,3-5 and with aortic dilation and regurgitation.10 In two of our patients and in at least one of the reported cases7 there was no evidence of either an aortic coarctation or of an aortic valve abnormality. Systemic hypertension was noted in four of the reported cases,°a7 but was not recorded in any of the three patients described in this paper.
In Marfan's syndrome (MS) and Ehlers-Danlos syndrome (EDS), both of which have a greatly increased risk of dissection of the aorta usually attributed to degenerative changes in the aortic wall,'1 the underlying defect is believed to be a disorder of collagen biosynthesis.12 Attention was drawn to similarities between EDS and TS as long ago as 1951 by Rossi and Caflisch13 and Rossi and Angst,'4 but we know of no report of a collagen abnormality in TS.
An increased risk of dissection renders TS patients more than usually susceptible to the abnormal haemodynamic stresses of aortic valve disorder and coarctation. It would seem advisable, therefore, to intervene promptly and perhaps earlier than might otherwise seem necessary to correct such abnormalities. Regular monitoring of the diameters of the aortic root in TS patients would also seem a reasonable precaution. group.bmj.com on September 29, 2017 -Published by http://jmg.bmj.com/ Downloaded from S S Papiha, S S Agarwal, and I White susceptibility to a particular disorder. The data presented here on PGM and tuberculosis lead one to suspect that discovery of true associations of gene markers and disease must await establishment of more refined techniques of gene identification, such as that of isoelectric focusing used here or of DNA probes currently in process of development.
